A case is reported of a patient with basal cell carcinoma of the nipple and areola. The unusual site for this tumour, and its close resemblance to Paget's disease of the breast in its clinical presentation, are discussed.
Case report
A 75-year-old wife of a doctor presented with a IO-year history of a red, eczematous-likelesion of the left areola and nipple. It had not changed substantially over this time, but had recently become very slightly enlarged with the commencement of itching. There had been no nipple discharge or bleeding.
On examination there was a reddened area involving the left nipple, upper segment of the areola, and extending to the skin adjacent to the upper border of the areola, measuring 3.5 em in diameter. There was no palpable mass in either breast and no axillary lymphadenopathy.
A mammogram showed involutional changes in both breasts but no discrete lesion iii either breast. A lateral view of the left breast demonstrated very slight dermal thickening on the upper part of the breast.
The patient was admitted to hospital and a nipple-areolar wedge biopsy was carried out under general anaesthetic. Urgent histology revealed a basal cell carcinoma. She was referred to .the Radiotherapy Department where she received 4680 rad of fractionated superficial radiotherapy to the left breast over a period of21 days.
Histopathology: Section of the nipple revealed a typical infiltrating keratotic basal cell carcinoma. Large islands of malignant epithelial cells showed prominent peripheral pallisading separated by a densely-cellular connective tissue stroma. These islands were mostly solid though some showed cystic degeneration centrally, and others prominent foci of keratinization ( Figure I) .
There was destruction of the collecting ducts and lactiferous sinuses of the nipple with compression of smooth muscle at the deep aspect of the biopsy.
The overlying squamous epithelium of the nipple was not ulcerated but did show typical 
Discussion
Basal cell carcinoma may be related to ageing, exposure to sunlight or radiation, arsenic and also tar. Its most common presentation is the nodular type, leading to an ulcer, on an exposed surface and classically the face. A cicatricial type with superficial spread around a central ulcer, a morphoeic type with an ivory-coloured plaque simulating scleroderma and an erythematoid variety with multiple flat, scaly, brownish-red lesions on the trunk of elderly persons, are also, described. Basal cell carcinoma of the nipple is, however, exceptionally rare.
Of 10000 cases of breast cancer spanning over 50 years of experience from the Mayo Clinic, only 29 cases were definitely arising from the nipple, and the majority of these were adenocarcinomas. Only 2 basal cell carcinomas were reported in this series (Congdon & Dockerty 1956) .
A scan of the literature from 1893 to the present day reveals a total of only 8 cases, 5 in men and 3 in women (Robinson 1893 , Wainwright 1927 , Congdon & Dockerty 1956 , Farrow 1958 , Wyatt 1965 , Davis & Patchefsky 1977 , Lupton & Goette 1978 .
The long history of an asymptomatic lesion is not unique to our case. Farrow (1958) reported the case of a 49-year-old woman with a IO-year history of a 'scaly and crusty lesion' and, in 3 other cases reported, the lesions were present for between 4 and 10 years.
Clinically, the differentiation between basal cell carcinoma, Paget's disease of the nipple, Bowen's disease, or even eczema may be very difficult. However, Paget's disease' tends to be unilateral, commencing on the nipple and spreading to the areola with, often, a blood-stained nipple discharge, whilst eczema is frequently bilateral, commencing on the areola and spreading towards the nipple.
The duration of symptoms is also clearly misleading. Basal cell and, indeed, squamous cell carcinomas can remain stationary for long periods, although a decade or more is unusual in either case. Similarly, Paget's disease of the nipple may precede the palpable appearance of a ductal carcinoma, but usually by only 2 to 3 years at most.
Though the clinical presentation of Paget's disease may be indistinguishable from the carcinomas or eczema, its histological appearance, with epithelial hyperplasia and large, round, hydropic cells, is highly characteristic and unlikely to cause confusion.
In some instances, for example in eczema in a young woman, a confident diagnosis will be made on clinical evidence alone, and appropriate treatment commenced. In an older woman, where the diagnosis is uncertain, or where a skin lesion persists despite initial therapy, a pre-biopsy mammogram should be performed to exclude an underlying impalpable carcinoma. This is preferable to the difficulty of obtaining a 'satisfactory mammogram in the postoperative period after biopsy has revealed Paget's disease. Following mammography, surgical biopsy should be carried out.
As regards treatment, the previously reported basal cell carcinomas have been treated predominantly by simple mastectomy or, occasionally, by wide excision biopsy encompassing the nipple and areola. This treatment, particularly in a female, is unnecessarily mutilating. With a limited wedge biopsy and subsequent radiotherapy our patient had a good clinical response, and an excellent cosmetic result.
